and i n severe cases. from s a l t l o s s caused by lack o f aldosterone. The CYPZl gene, encoding s t e r o i d 21-hydroxylase, and t h e highly homologous pseudogene CYP21P a r e located within t h e human M H C on chromosome 6p21.3.
t h e usual arrangement being centromere -HLA-DP.-DQ.-DR -CYP21-complement C4B-CYP21P-complement C4A -tumour necrosis f a c t o r (TNF) genes -HLA-B. -C.-A. W e investigated a CPH family ( f a t h e r , mother. p a t i e n t , t h r e e heal thy s i b s ) using 21-hydroxylase and complement C4 probes and a l l e l e s p e c i f i c oligonucleotides t o d e t e c t s p e c i f i c mutations. Oligonucleotide hybridization showed t h a t t h e p a t i e n t i n h e r i t e d t h e Ile172->Asn mutation, c h a r a c t e r i s t i c o f simple v i r i l i z i n g " CPH. from t h e mother. On t h e other chromosome t h e CYPZl gene was deleted: however, t h i s defect was not found i n DNA from t h e f a t h e r . P a t e r n i t y was confirmed using VNTR probes. Establishment of HLA-B. TNF and HLA-DQa markers showed t h a t t h e p a t i e n t had t h e HLA-B and TNF genes from one paternal chromosome and t h e HLA-DQa gene from t h e o t h e r . Apparently, a paternal meiotic recombination event has eliminated t h e CYP21 gene ( a s well a s t h e adjacent C4B gene). contributing t o s t e r o i d 21-hydroxyl ase deficiency i n t h e p a t i e n t .
In cystic fibrosis, Pseudomnas aeruginosa colonization leads to a progressive destructiive chronic bronchitis and despite antibiotic treatment, eradication i s not anained and inflammation usually persists. However, in recent years the survival rate of these patients has been markedly improved by repeated, elective i.v. antibiotic treatment. I n this study we asked the question how two-weeks antibiotic treatment mdlied lung functions and several inflammatory markers in the bronchial secretions of seven patients in a total of 12 such treatments. The lung functions (FEV1 and FVC) improved and the number of circulating WBC decreased signifcantv after each treatment period. In spite of this, no change was observed for the neutrophil chemotactc activity (NCA) of sputum, or lor the mean sputum concentrations of IL-8, and human leukocyle elastase HLE) activity. The total amount of sputum and IL-8 however, had decreased significantly:
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Although arterial blood lactate (ABL) is regarded as a competent indicator of the severity, and predictor of outcome of critical illness in adults, little is known about its significance in acutely ill neonates. W e have, therefore, studied the prognostic value of serial ABL and acid-base changes in 65 consecutive ill, ventilated neonates with median (range) gestation 29 (23-40) weeks and birthweight 1330(550-4080) g, with indwelling arterial catheters. Lactate concentrations were measured in 40 ul of deproteinised blood by a specific enzymatic method. Hyperlactatemia was defined as ABL > 2.5 mmoUL.
The overall mortality was 20% (13165). Hyperlactatemia was strongly associated with mortality. While 6/48 babies with peak lactate concentrations @LC) <2.5 mmol/L died, 3/12 babies with PLC 2.5-4.9 mmol/L and 415 babies with PLC > 5 mmollL died. None with persistent hyperlactatemia survived. The median ( 4 1 -4 3 % reduction from PLC was significantly lower in non-survivors than in survivors ( 3.6(0-16.4) vs 32.1(17.6-48); p=0.001). The acid-base changes were not relat to outcome. ABL was also supenor to CRIB scores in predicting mortality. 5mmollL carry a bad prognosis. female, ranging in GA from 23 to 34 week$ with RDS. None neonate had received steroids prenatally and all had a score of radiographic severity >2 After initial stabilization they were treated with bovine surfactant (Alvofac?) at a dose of 100 mglkg. Additional doses (each, 50mglkg) were given if the neonate had an afA P02<20, 12 and 24 h later. Neonates were classified into responders (afAP02L?0 or extubation at 24 h after the 1st dose and non responders (aIAP02 <30 or need for additional doses). This response pattern was analysed in relation to GA, BW, sex, perinatal ashyxia, pH on admission and at initiation of treatmen\ a/AP02, F102, ventilatory requirmens and complications of RDS. Results: 20 neonates (GA=29.1124 wk) were classified as responders and 17 (GA 29.8+20 wk) as non responden Surfactant was given at a mean age of 7.7i8h and 11.3+6h to the two groups, respectively (>.05). The non responders had significantly lower mean pH on admission and mean aIAPO2 before surfactant administration and higher incidence of PDA. There wasalso a trend for higher incidence of asphyxia, higher mean FiO3 mean airway pressure and peak ~nspiratory pressure in the group of the non responden No difference was found with regard to GA, BW, sex, arter~al pressure and pHat the tlmeof surfactant administration Conclusions: 1) The response IS adversely affected by the low pH on admission, even when corrected before surfactant a(lminis1ration 2) Thls response is also associated with the a/AP02, reflecting the severlty of the dlsease,and the patency of ductus arteriosus
In summary, the quality ol the spulum remained unchanged, while the quantity decreased significantly together wilh the general clinical improvement ol the patients. A group of s i x t y -f i v e a t -r i s k neonates was e n r o l l e d i n a p r o s p e c t i v e follow-up study i n o r d e r t o a s s e s s t h e r e l a t i o n s h i p between t h e degree of Cerebral Visual Impairment, e s t a b l i s h e d u s i n g t h e Acuity Card Procedure, and t h e e x t e n t of neurological sequelae. Furthermore, MR. and CT-scans were performed i n a l l i n f a n t s with severe neurological sequelae t o s t u d y whether c h a r a c t e r i s t i c l e s i o n s occurred i n the c e n t r a l v i s u a l pathway.
Eleven out of twelve i n f a n t s w i t h a n a c u i t y on o r below t h e 10" c e n t i l e a L 18 months developed c e r e b r a l p a l s y : t h e underlying condiLion was e x t e n s i v e c y s t i c leukomalacia i n a l l . However, an a c u i t y above the 1 0 ' c e n t i l e was no guarantuee f o r a normal development, a s t e n out of 52 i n f a n t s developed c e r e b r a l p a l s y ; s i x had a l a r g e p e r i / i n t r a v e n t r i c u l a r haemorrhage, f o u r had c y s t i c leukomalacia.
MR. and CT-scans showed, t h a t p e r i v e n t r i c u l a r high s i g n a l I n t e n s i t y i n Lhe o c c i p i t a l a r e a was found t o be a n o n -s p e c i f i c t i n d i n g with regards t o v i s u a l f u n c t i o n Very extensive p e r i v e n t r i c ul n r whltc matter l o s s and involvement of t h e s t r i a t e / p a r a s t r i a t e c o r t r x was found i n t h e mosL s e v e r e l y v i s u a l l y impaired i n f a n t s .
